Introduction
Multicent ricreticulohistiocytosis (MRH) is a rare systemic disease of unclear etiology characterized by inflammatory arthritis, nodules in the skin, mucous membrane and internal organs and can be associated with malignancy [1] [2] . Arthritis can be destructive and deforming progressing to arthritis mutilans in majority of the cas-es but generally remit spontaneously in 10 years. Tenosynovial involvement may also occur [3] . The tenosynovial fluid and tenosynovium histologic findings have not been reported in any case reports of MRH in the literature.
Case Report
A 27 year old woman with no significant past medical history presented with 3 month history of bilateral finger, wrist and shoulder pain with intermittent numbness and tingling of both hands. A month prior to her office visit, she noticed a pale 'knot' over the base of her left thumb. Initial evaluation revealed tenosynovitis of the left wrist, decreased flexion and extension in second and third PIP joints bilaterally and a nodule over the left extensor pollicis brevis. Laboratory studies revealed a WBC of 5400/µL with 60% neutrophils (normal 34% -71%), 28% lymphocytes (19.3% -51.7%), 4% eosinophils (0.7% -5.8%), 7% monocytes (4.7% -12.5%), hemoglobin of 15 g/dL (11.2 -15.7 g/dl), hematocrit of 45% (34.1% -44.9%), platelets 212 k/µL (173 -369 K/µL), erythrocyte sedimentation rate of 6 mm/hr (0 -42 mm/hr) and C-reactive protein of 0.9 mg/dl (0 -1.0 mg/dl). Comprehensive metabolic panel, lipids, thyroid, serum and urine immunoelectrophoresis were within normal limits. ANA, anti-ds DNA and RF were negative. X-ray of hands and wrist were normal.
Three weeks after the initial visit, the patient developed new nodules on the volar surface of left second and fifth fingers. The tenosynovium of the left wrist was aspirated and revealed about 0.5 cc of clear yellow colored fluid. The tenosynovial fluid analysis was negative for monosodium urate and calcium pyrophosphate crystals, gram stain showed no organism and cultures were negative. Fluid was insufficient for cell count but smear showed many white cells predominantly mononuclear.
Over the next six months, the patient developed further small skin nodules involving distal interphalangeal (DIP) and proximal interphalangeal (PIP) joints bilaterally, periungual areas of the nails, forehead, olecranon, and mucosal nodules under the tongue. Because of the appearance of the nodules, joint symptoms and no definite diagnosis, a diagnostic biopsy of the forehead and right third finger nodule was done that was reported as xanthoma. With the appearance and distribution of nodules involving the fingers, a diagnosis of MRH was considered. The original slides were reviewed and additional stains were applied. An oil red stain for fat was negative ruling out xanthoma. The cytoplasm stained positive with PAS stain and resistant to diastase, which was consistent with diagnosis of MRH. The patient was treated with NSAIDs which helped with arthralgias but the bilateral tenosynovitis and bilateral numbness of both hands continued. EMG results of right and left wrist were consistent with bilateral carpal tunnel syndrome. Each carpal tunnel was injected corticosteroid with partial relief of symptoms. Left dorsal tenosynovitis was persistent and aspiration was done that revealed histiocytes. Because of persistent tenosynovitis and carpal tunnel symptoms, the patient underwent bilateral tenosynovectomy with carpal tunnel release. The tenosynovium was sent to pathology and the results showed classic histologic findings of proliferation of synovial villi with foamy eosinophilic cytoplasm and multinucleated giant cells consistent with MRH.
One year later the patient developed right axillary lymphadenopathy and a biopsy showing stage Ia Histiocytoma treated successful with radiotherapy.
When the patient followed up in the clinic almost 20 years after initial diagnosis-there was no synovitis or tenosynovitis and the only finding was triggering from left second through fifth fingers.
Discussion
MRH is an idiopathic disease of unclear etiology characterized by destructive polyarthritis and papulonodular mucocutaneous lesions [1] - [3] . It was first reported in 1937 by Weber and Freudenthal [4] and fewer than 300 cases have been reported in the literature thus far [5] . It predominantly affects women in fifth and sixth decades of life. MRH presents insidiously with joint symptoms preceding cutaneous disease in two-thirds of the patients and in the remainder of patients cutaneous findings appear as the initial symptom or occur simultaneously with the joint symptoms [6] [7] . The disease usually has rapid progression of arthritis which is considered as one of the hallmarks of the disease and progresses to arthritis mutilans in 45% of the cases [8] .
The tendon sheaths on the flexor and extensor surfaces of the wrists may be involved, and Duputyren's contracture or carpal tunnel syndrome has been described [1] . Histopathology findings of skin nodules and synovium are similar and consist of large histiocytes and multinucleate giant cells with eosinophilic ground glass cytoplasm, that stain positive with periodic-acid Schiff (PAS) and are diastase resistant. It has been associated with malignancy in 25% of cases [1] [9] . A firm diagnosis of MRH was made before neoplasm was discovered in 73% of subjects [10] .
While synovial fluid and synovial biopsy findings showing histiocytes have been reported in the literature [11] [12], there have not been any case reports discussing tenosynovial fluid and biopsy findings. Our patient presented with wrist tenosysnovitis and underwent tenosynovial fluid analysis and tenosynovial biopsy demonstrated the classic multinucleated giant cells with foamy eosinophilic cytoplasm. The patient also developed malignancy, which can be seen with MRH.
Our patient had very good response to NSAIDS which is still considered as first line treatment in addition to steroids but now biological agents like TNF inhibitors have been also shown to be successful treatment options based on the observed levels of proinflammatory cytokinesin MRH tissues [13] . In addition promising results have also been achieved using cytotoxic drugs like cyclophosphamide in various case reports.
The unusual feature of our case was its benign non-destructive arthritis unlike the progressive destructive course of arthritis usually seen in multicent ricreticulohistiocytosis.
Conclusion
To our knowledge, this is the first case report of tenosynovial fluid and tenosynovium histopathology demonstrating histiocytes. In conclusion, our case is unique with tenosynovial fluid and tenosynovium histopathology showing histiocytes.
